IN RECENT years a new and distinct syndrome comprising fever, arthralgia, thrombocytopenia, anemia, focal neurologic signs and hemorrhagic tendencies has been defined. Thus far the disease has been diagnosed conclusively only at autopsy. The specific pathologic changes consist of widespread thromboses in capillaries, arterioles, and occasionally in venules. These thrombi, composed of hyaline material, platelets, and proliferating endothelial (ells, are associated with alterations in the vessel walls. The syndrome is a nosologic entity and has been given various designations that vary in emphasis placed upon specific clinical or histologic features: "Thrombotic thrombocytopenic purpura," "thrombocytic acroangiothrombosis," "generalized (or disseminated) capillary and arteriolar platelet thrombosis," "acute febrile anemia and thrombocytopenic purpura with vasothromboses,"
and "diffuse platelet thromboses with thrombocytopenia and hemolytic anemia."'1-7 The syndrome is being recognized with increasing frequency, and approximately 30 cases have now been reported in the literature since the original description by Moschcowitz1 in 1925. There have been several reviews of the reported cases, the first in 19362 and two others in 1947.'. 4 Since the diagnosis can be established at the present time only by the recognition of the While the etiology is unknown and the natural history poorly defined, the syndrome is of considerable interest in its possible relationship to the rickettsial diseases, to the "vascular-collagen"group such as lupuseryrthematosus, polyarteritis nodosa and rheumatic fever, and to allergic phenomena in general. The difficult clinical differentiation of thrombocytic acroangiothrombosis from such diseases, and particularly from thrombocytopenic purpura, justifies dissemination of information regarding each case as it becomes recognized. Thus, the diagnosis of future cases may be more timely established and investigation of etiology and effective therapy may be stimulated. Many of the pulmonary capillaries and several small pulmonary arteries contained finely granular thrombi with the previously described alterations in their walls. The same vascular changes were present in the spleen and liver. The adrenal glands were the sites of the most extensive vascular changes. These changes, similar to those already described in the myocardium, extended only a short distance into the cortex, leaving the sinusoids of the inner zones intact. The arterioles to the renal glomeruli, those among the convoluted tubules of the cortex and about the pericalyceal tissue occasionally showed areas of vascular change similar to that described in other organs. The characteristic mural and luminal changes were seen in the mucosa and muscularis of the urinary bladder, associated with hemorrhage and moderate numbers of mononuclear leucocytes in the adjacent connective tissue.
The bone marrow presented a few vessels with the characteristic vascular changes. The megakaryocytes were present in the usual number and possessed the usual morphologic features. Other cells of the bone marrow showed no significant changes.
Case 2. R. L. L., a 54 year old white man, had had cavitary pulmonary tuberculosis during the four years prior to his terminal episode. In May, 1951, he began to complain of malaise, weakness, and mild headache. Three days later he was found lying in bed with motor aphasia. He became semicomatose and had a slight convulsion followed by vomiting. Fever ranged between 100 and 104 F. (rectal). The urine contained 2 to 4 plus albumin and few to many casts and erythrocytes. Blood nonprotein nitrogen ranged from 53 to 65 mg. and creatinine from 3.4 to 3.8 mg. per 100 ml. The cerebrospinal fluid was normal. The red blood cell count ranged between 2.86 million and 1.93 million per cu. mm., the hemoglobin between 8.5 and "less than 7.5" Gm. per 100 ml., the white blood cell count between 8,400 and 6,900 per cu. mm. with polymorphonuclear leukocytes between 66 and 57 per cent, lymphocytes from 22 to 27 per cent, monocytes from 3 to 13 per cent, and eosinophils from 3 to 9 per cent. There wsas no estimation of the number of platelets. Bleeding time was 6 minutes, 35 seconds, coagulation time 7 minutes, 20 seconds. No acid-fast bacilli were found on direct smear of the sputum. Death occurred within a week following progressively deepening coma.
Pathologic Findings
The significant gross changes consisted of splenomegaly, cardiomegaly, petechial hemorrhages over the extremities, epicardium, and gastrointestinal tract, and pulmonary tuberculosis. The vascular wall changes and "hyaline" thromboses were most marked in the myocardium, kidneys, adrenal glands, posterior lobe of the pituitary, and pancreas. The brain showed the same vascular wall changes, and granular and hyaline thrombi in the arterioles and capillaries as were noted in the first case Clinically, thrombocytic acroangiothrombosis is most readily mistaken for idiopathic thrombocytopenic purpura. The following features may be more outstanding in thrombocytic acroangiothrombosis than in idiopathic thrombocytopenic purpura4: (1) splenomegaly, (2) jaundice, (3) fever, (4) prodromal symptoms of weakness, malaise, and joint pains, (5) neurologic signs rather than massive cerebral hemorrhages, (6) transient leukemoid blood picture, (7) anemia disproportionate to observed blood loss, and (8) frequent association with sensitivity phenomena. While these findings lead one to suspect thrombocytic acroangiothrombosis in a patient with purpura and thrombocytopenia, the syndrome cannot be positively diagnosed at the present time without the histologic demonstration of widespread thrombosis of the arterioles and capillaries in association with changes in the walls of these vessels.
Pathologic Changes. In thrombocytic acroangiothrombosis, there aie changes in vessel walls as well as thromboses within the vessels. Some writers have thought that the thromboses were the initial lesions, but Altschule8 and later Trobough9 suggested the primary defect to be in the vessel wall at the arteriolocapillary junction. Gore 
